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Background:  Familial hypercholesterolemia (FH) is a one of the most common inherited autosomal dominant disorders with a 1:500 
incidence for the heterozygote form. Long term exposure to elevated low density lipoprotein (LDL) levels results in early onset of coronary 
artery disease (CAD). Current evidence is lacking regarding best revascularization strategies and secondary prevention of CAD in these 
patients.
case:  59 year old woman with history of heterozygous FH since 19 years of age, presented with atypical chest discomfort. She also has 
a history of bilateral excision of Achilles tendon xanthomas. Her LDL has been poorly controlled (200-369mg/dl) despite treatment with 
atorvastatin (80 mg qd) and ezitimibe. She has a family history of premature CAD, her mother dying at age 39 from a myocardial infarction 
and 3 siblings having coronary artery bypass graft (CABG) surgery in their fifties. Vital signs and physical exam findings were within normal 
limits. EKG showed normal sinus rhythm.
decision Making:  An exercise stress echocardiogram demonstrated functional capacity of 11 METs without symptoms; 1mm horizontal ST 
depressions in EKG leads II, III, aVF, V5, V6 and 1mm ST elevations in aVR, V1 and V2 at peak heart rate persistent for 36 minutes into 
recovery; no wall motion abnormalities on echocardiogram images. Coronary angiography showed a 70% stenosis in the mid left anterior 
descending (LAD) artery a 60% stenosis at the origin of the second diagonal artery. Fractional flow reserve (FFR) assessment of the LAD 
stenosis was 0.72, consistent with hemodynamic significance at. After discussions with the patient, interventional cardiology, cardiothoracic 
surgery, endocrinology and in view of her history, revascularization was pursued with CABG surgery with left internal mammary artery to 
the LAD and free radial artery graft to the second diagonal with no complications.
conclusion:  Management of stable CAD in patients with FH remains challenging. Current guidelines cannot be applied readily to these 
patients. With recent developments in lipid lowering agents, more studies are needed to evaluate primary and secondary prevention of 
CAD as well as revascularization strategies in this cohort.
